SUMMARY A patient is described who showed subacute dementia and ataxia and, finally, acute ascending polyradiculoneuritis. At necropsy, together with the cerebral and cerebellar lesions that are typical of Creutzfeldt-Jakob disease, the lesions of the spinal motor neurones, the spinal ganglia, and of the roots and peripheral nerves were analogous with those of the Guillain-Barre-Landry syndrome. The aetiological possibility is discussed either that this is a simple and unique association, or that the disorder is related to the virus nature of Creutzfeldt-Jakob disease.
Creutzfeldt-Jakob disease is a progressive slow viral disorder in man caused by a transmissible agent whose precise nature remains obscure, as is the case with kuru in man, scrapie in sheep and goats, and mink encephalopathy, all of which are similarly subacute spongiform viral encephalopathies. The neuropathological features include spongy changes of the grey matter with neuronal loss and astroglial hyperplasia, affecting the cerebral cortex, striatum, and thalamus, with occasional degeneration of the cerebellum. According to the predominant clinical picture, Creutzfeldt-Jakob disease has been subdivided into several main types: (1) corticospinal or frontopyramidal form (spastic pseudosclerosis) with pyramidal tract involvement, and lower neurone involvement (amyotrophic type) (Davison and Rabiner, 1940; Allen et al., 1971) ; (2) classical corticostriatal or dyskinetic type; (3) occipitoparietal (Heidenhain) type, characterised by disorders of vision; (4) diffuse or 'transient' type with cerebral cortical, basal ganglia, thalamic, cerebellar, and spinal cord involvement; and (5) an ataxic or cerebellar variety 'beginning with cerebellar ataxic symptoms' which was added by Brownell and Oppenheimer (1965) . The presence of radiculoneuritis in the course of Creutzfeldt-Jakob disease has not been described (Kirschbaum, 1968; May, 1968; Van Rossum, 1968 The cerebral biopsy sample of the right frontal lobe revealed grey matter with intact structure and without neuronal loss or spongiosis. The white matter showed a low degree of astrocytic proliferation. Electron microscopy revealed focal cavitations of the neuropil due to vacuolation of some neurones and of their prolongations. The cavities were surrounded by a cellular membrane, and contained remains of nerve filaments and ribosomes ( Fig. 1) .
At necropsy there was a moderate degree of cortical atrophy with an increased subarachnoid space. The main arteries were free of arteriosclerosis.
The frontal cortex had the same normal appearance as in the biopsy sample. There were a large number of lesions in the parietal region, with a marked spongiosis and vacuolation of the neuropil in layers II and III. The neurones were degenerated in those zones, and there was a large gliosis with hypertrophic astrocytes (Figs. 2 and 3) . The neurones were swollen in layers V and VI, with acidophilic cytoplasm, chromatolysis, and displaced nuclei. The subcortical white matter was normal. There was an obvious subependymal gliosis in the temporal cortex. The occipital region was normal.
There was a moderate spongiosis in the thalamus, which was more intense in the subependymal zones and included reactive gliosis. There were many deposits of lipofuscin in the neurones of the basal ganglia. A loss of Nissl's bodies was observed in the pontine nuclei. The long tracts of the brain stem showed no alterations.
There was marked focal loss of Purkinje's cells in the laminae cerebelli, with retraction, chromatolysis, nuclear pyknosis, and reactive gliosis. There was also marked atrophy of the granular layer (Fig. 4) . At all levels of the spinal cord, and particularly in the cervical and lumbar enlargements, the neurones of the anterior horn showed intense central chromatolysis due to axonal injury (Fig. 5A) . There was intense demyelination without infiltrations in the nerve roots (Fig. 5B) . The spinal ganglia showed severe injuries from chromatolysis and neuronal destruction. There were inflammatory infiltrations of macrophages and lymphocytes around the degenerated neurones (Fig. 6) . The demyelination was quite intense. Skeletal muscle showed extensive, severe denervation atrophy. The intramuscular nerves had undergone degenerative changes with complete demyelination (Fig. 7) . Visceral examination revealed haemorrhagic gastritis and pulmonary oedema with many foci of bronchopneumonia.
SUMMARY OF NEUROPATHOLOGY
The biopsy specimen of the frontal lobe showed alterations only on the ultrastructural level, with vacuolation of the neuropil due to dilatation of the neuronal prolongations (Brion et al., 1969) . The spongiosis and gliosis lesions of the cerebral cortex and basal nuclei were much more pronounced in the parietotemporal region, with characteristics that were similar to those described by Brownell and Oppenheimer (1965) and Gomori et al. (1973) in Creutzfeldt-Jakob disease. We did not find any argyrophilic plaques or neurofibrillar degeneration as described by Hirano et al. (1972) .
Fifty per cent of the cases of Creutzfeldt-Jakob disease suffer from cerebellar lesions, and axonal torpedos and plates resembling those found in kuru (Jellinger et al., 1974) are also frequent in the ataxic form of this illness, although we did not observe any of these in our patient. The severe lesions of the neurones of the anterior horn and of the spinal ganglia in the form of central chromatolysis were the expression, in our case, of the severe involvement of the nerve roots and peripheral nerves, which was the basis of the acute polyradiculoneuritis shown by the patient during life. Demyelination was the most prominent feature in the roots, and there were also inflammatory infiltrations in the spinal ganglia.
Discussion
We have found no mention of the association of Creutzfeldt-Jakob disease with peripheral neuropathies and acute polyradiculoneuritis in long published series of polyneuropathy (Ravn, 1967;  Acute ascending polyradiculoneuiritis in a case of Creutzfeldt-Jakob disease 4 .
ii~~~Y '~~~~~~~~~~~~~~~~~~~~~~~~i Fig. 1 Grey matter offrontal lobe. Vacuolation of the neuropil. x 5700. Bradley, 1975; Freemon, 1975) . Acute polyradi-The aetiology is quite varied, sometimes being of an culoneuritis frequently arises after different types of obscure nature as in cases 30 and 31 of Prineas infections and after surgical operations, including (1970) , and in the case of Langston et al. (1975) .
intracranial ones, in 5 to 1000 of the cases. In our Gases associated with a habitually malignant patient, a urinary infection preceded the cerebral systemic illness are most frequent (Croft et al., 1967;  biopsy and the posterior pneumonia. From this Vick et a!., 1969; McLeod, 1975) . Others are standpoint, the polyradiculoneuritis and the Creutz-associated with different immunological disorders feldt-Jakob disease would be a simple and, so far, (McLeod and Walsh, 1975a,b; Sponzilli et a!., unique association, although the origin of the latter 1975). Lastly, some cases are associated with allows other pathogenic considerations.
encephalopathies of a proven virus nature (Fanis Many encephalopathies and encephalomyelo-and Martinez, 1972; Narayan et a!., 1973 (Abramsky et al., 1975; Link, 1975; Sheremata et al., 1975) , in which a virus infection could have a special significance (Arnason, 1975) . H and E, x 300.
It is now well established that Creutzfeldt-Jakob disease is caused by a slow virus. This agent has been successfully transmitted in experiments, although its exact nature is still obscure (Gibbs et al., 1968; Roos et al., 1973) . Although in our case we did not attempt to transmit the illness to laboratory animals, the
